Of all the paragangliomas in the head and neck , caro tid body tumors are the most comm on. They arise from the chemoreceptor organ (paraganglion) located in the adventitia of the carotid artery bifurcation . They preferenti ally affec t women who live at high altitudes, and they are most likely to occ ur durin g the fifth decade oflife. Familial cases, such as multiple endocri ne neoplasia syndro mes, tend to develop in younge r patients, and they are more frequently bilateral and mult ifocal.
Carotid body tumors typically present as painless neck masses ju st lateral to the tip of the hyoid bone . Larger neopla sms may manifest as hypoph aryngeal masses associated with hoarseness. These tumors usuall y cause a lateral displacem ent and widening of the carotid artery bifurcation that is best demonstrated on radiographic imag ing studies.
These tumors measure approximately 4.0 em in their grea test dimension, and they often lack a capsule. Microscopically,they are made up ofparaganglial cells organized into nests know n as Zellballen (literal Germ an translation : cell balls).These nests are supported by a sustentacular-cell framework. A rich vascular network invests the tumor cell nests (figure I, A). Tum or cells can be polygonal, oval, or spindle-shaped, and they contain variable amounts of gra nular, slightly basoph ilic cytoplasm. Nucl ear anaplasia can be seen, but mitot ic figures are rare.Tum or degeneration From the Department of Pathology, Beth Israel Deaconess Medical Center, Harvard Medical School, Boston. ca n be see n in masses that have undergone preoperative embo lization to facilitate surgical removal and redu ce blood loss ( figure 1, B) . The chief cells are stro ngly and diffusely immun oreactive with chro mogranin and synaptophys in, while the supporting sustentacular cells react with S-I00 protein (figure 2). Carotid bod y tumors mu st be differenti ated histologically from other similar-appea ring neoplasms, including medull ary thyroid carci nomas, laryngeal neuroend ocr ine neopl asms, and metastatic carcinomas, particul arly renal cell ca rcinomas.
Most paragangliomas are benign neoplasms; approximately 5 to 10% behave in a malignant fashi on. Further, approxi mately 10to 15% ofcaro tid body tumors recur. Histologic fea tures alone do not correlate well with malignant behavior, although extens ive local invasio n and metastatic disease ca n be used to define malignant neoplasms. Common metastatic sites include the regional lymph nodes, liver, bone, and lung. Surgical rem oval is the treatm ent of cho ice and is ge nera lly facilitated by preoperative embo liza tion. Radiation therapy is palliative and is bes t rese rved for unresect able and multifocal tum ors.
